Sir,

Malignant peripheral nerve sheath tumors (MPNSTs) are thought to arise from Schwann cells in large peripheral nerves.\[[@ref1]\] MPNSTs typically spread via perineural invasion or through hematogenous routes.\[[@ref2]\] Consequently, lymph node metastasis is rare, occurring in less than 10% of patients, and is primarily seen in conjunction with widespread metastasis.\[[@ref1]\] We report here an extremely rare case of MPNST with lymph node metastasis in the absence of distant metastasis.

A 58-year-old woman with a history of neurofibromatosis type I presented with a cutaneous nodule on her left upper back. Gross examination revealed a 13 × 12 cm firm nodule with ulceration \[[Figure 1a](#F1){ref-type="fig"}\]. Computed tomography scans revealed no evidence of lymph node swelling or distant metastases. A primary cutaneous MPNST was highly suspected, and a nodule was excised with a 5-cm margin. On microscopic examination, a hypercellular neoplasm consisting of irregular, buckle-shaped spindle cells was located extending from the dermis to the subcutaneous adipose tissue \[[Figure 1b](#F1){ref-type="fig"}\].

Mitoses were observed in 9 per 10 high-power fields. The MIB-1 index was 16.2%. The cells were focally positive for S-100 \[[Figure 1c](#F1){ref-type="fig"}\]. At a peripheral area of the nodule, a hypocellular spindle-cell neoplasm with no mitotic figures was observed, consistent with neurofibroma. A diagnosis of MPNST arising from a neurofibroma was made. The surgical margin was negative for MPNST.

![Clinical presentation of the primary lesion (a) A reddish brown, dome-shaped, 13 × 12 cm firm nodule with erosion was observed on the right back (b) The cells were hypercellular, irregular, buckled, and spindle-shaped (H and E, ×200) (c) The tumor cells were positive for S-100 protein (Streptavidin-peroxidase; original magnification, ×200)](IJD-59-635e-g001){#F1}

Eight months after the operation, the patient presented with a 7 × 4 cm subcutaneous nodule on the left axilla and underwent surgical excision. Microscopic examination revealed a subcutaneous nodule composed of hypercellular, spindle-shaped malignant cells similar to those of the previous tumor in the back. Three years later, the patient presented with 3 × 2 cm subcutaneous nodule on the right axilla and underwent surgical excision. Microscopic examination revealed a similar malignant neoplasm within a lymph node \[Figure [2a](#F2){ref-type="fig"} and [b](#F2){ref-type="fig"}\].

![(a) Metastatic tumor widely observed in the lymph node (b) Cells are similar to those of the primary malignant peripheral nerve sheath tumor \[H and E, ×20 (a), ×200 (b)\]](IJD-59-635e-g002){#F2}

The cells were positive for S-100. Collectively, these observations were consistent with lymph node metastasis of MPNST. Computed tomography scans revealed no evidence for local recurrence or metastases 14 months after the last operation.

Lymph node metastasis of MPNST in the absence of widespread disease is thought to be extremely rare. To our knowledge, the current report is only the second one in the literature to report its occurrence,\[[@ref3]\] and this indicates that our case of MPNST with regional lymph node metastasis is quite uncommon. Generally, the prognosis of MPNST with distant metastasis is poor.\[[@ref4]\] However, in the present case, no distant metastasis has developed in the 6 years since the first operation, suggesting the prognosis of isolated lymph node metastasis from MPNST should be compared to that of distant metastasis. In conclusion, this case may present a new clinical subtype of MPNST. To further our knowledge, the reporting of similar cases is desirable.
